a follow up of one year (n=21), 2 years (n=11), and 3 years (n=5). A reduction in the daily median dose of prednisone from 10 mg [0-15 mg] to 0 [0-0 mg] in 3 years, (p<0.05) was observed. After a median follow-up of 20.5±11.7 months in 4 patients, the interval between TCZ doses was increased to 5 weeks (n=2), 6 weeks (1) and 7 weeks (1) because of remission. TCZ had to be withdrawn due to articular inefficiency (1) or articular and ocular inefficiency (1). The main adverse effects were severe autoimmune thrombocytopenia, autoimmune anemia and thrombocytopenia, pneumonia, viral conjunctivitis and bullous impetigo in 1 patient each. Background: Transitional care should be a planned movement of adolescents with chronic diseases from child-centred to adult-oriented health care system. Recently a EULAR/PReS taskforce has developed the first international set of recommendations and standards for transitional care 1 . Objectives: To describe the results from a specific transitional care programme. Methods: The current transitional care programme includes a multidisciplinary PED-REUMA clinic (MPRC) weekly and a non-defined period of rheumatologic follow-ups by the same rheumatologist of MPRC. The transitional care team is composed of two pediatricians, one adult rheumatologist -as transition coordinator-, a clinical nurse specialist and administrative support, as well as a psychologist and physiotherapists. Clinical information and therapies were collected throughout the disease course, and the HEADSS method of psychosocial interviewing has been included recently. Population of the present study included young patients (YP) from that programme who are going to transfer to adult-oriented health care system. Descriptive study of socio-demographics and clinic features was included, as well as patients' adherence. YP confidence to be transferred and satisfaction with the current transitional process were measured using on a scale of 0 to 10. In patients suffering from juvenile idiopathic arthritis (JIA), clinical status of disease activity and clinical remission and CHAQ were tested before transfer. Results: Twenty-seven YP with female predominance (63%) were included. The average age was 21±3 yo at time of a planned transfer and 16±3.4 yo at inclusion to the MPRC. JIA was the commonest condition whereas dermatomyositis was uncommon. Up to 63% patients required some DMARDs during the MPRC follow-up, but only a 37% needs maintained immunosuppressive therapies and three (11%) patients required changing the therapeutic target before transfer. YP adherence to rheumatologist appointments was high. Regarding HEADSS data: most YP were students and living at family home, around 50% gave up sports or other activities due to homework or exams, 29% of YP occasionally drank some alcohol but none used tobacco, and 47% of YP felt sad or down once in a while. Patient's confidence to be transferred was 7.7±2.1 (mean±SD; min-max: 2-10). YP showed high satisfaction with the current transitional process, 9.7±0.4 (min-max: 9-10). Before transfer, 17 patients with JIA showed a mean±SD value of JADAS10 of 2±5 (min-max, 0-18), clinical remission on/off medication was 23% and 53% respectively. Mostly functional status reported by patient was low, YP-rated CHAQ (mean 0.06; min-max, 0.0-0.75). Conclusions: To the best of our knowledge, this is the first study evaluating a Spanish transitional care programme. The study reports a positive impact across adolescence of our transitional care model in a real life situation. Implementation of recommendations depended on the local available resources.
THU0528 STING-ASSOCIATED VASCULOPATHY WITH ONSET IN INFANCY (SAVI): A DIFFERENTIAL DIAGNOSIS OF INFLAMMATORY INTERSTITIAL LUNG DISEASE
Objectives: SAVI is a rare disease with unknown prevalence. To the best of our knowledge, 25 cases have been reported so-far. These patients variably manifest cutaneous lesions and inflammatory lung disease. Here we present a case of SAVI with onset of features at the age of 3 years. Methods: A now 8 year old boy born to non-consanguineous parents was described to have experienced recurrent fevers, polyarthralgia and polyarthritis, livedo of the limbs, facial telangiectasia, necrotic lesions of auricles and digits and failure to thrive since the age of 3 years. He has normal cognitive development. His familial history is notable for epilepsy in 2 of his siblings and Behcet disease in a paternal cousin. Laboratory tests at age 6.5 years revealed increased ESR (60mm/h) while CRP varied from 3 to 14 mg/L. ANA titres were positive (1/640), with normal complement level and negative anti-DNA. c-ANCA and p-ANCA were negative. ECA and lysozymes were in the normal range. Although the child had no respiratory symptoms, chest X-ray revealed diffuse interstitial parenchymal infiltrates. Chest angio-CT showed ground-glass lesions with fibrotic bands and mediastinal and para-hilar adenopathies. FVC and DLCO were reduced on pulmonary functional testing. Lung biopsy was not performed. Empirical treatment with pulse and oral corticosteroids along with azathioprine was started. Over a period of one year, systemic inflammation and skin involvement regressed dramatically, but his lung disease showed no improvement. Results: Genetic testing identified a previously reported V155M mutation in TMEM173.
Conclusions: SAVI is associated with significant morbidity and mortality. The diagnosis should be considered in children with interstitial lung disease after more common causes have been ruled out. Steroids and immunosuppressive therapies apparently show no efficacy in avoiding progression to irreversible lung damage. Promising results with treatment by Janus Kinase inhibitors as a means of blocking signaling downstream of the type I interferon receptor were recently published. 
